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background: Friedreich Ataxia (FA) is a neurosensory disorder with an underlying mitochondrial frataxin deficiency. In addition to the progressive 
gait and limb ataxia, cardiomyopathy is common. Data on heart failure (HF) related hospitalizations in FA patients is lacking.
Methods: A retrospective analysis of the Healthcare Cost and Utilization Project Kids’ Inpatient Database and Nationwide Inpatient Sample was 
performed for hospitalizations of both pediatric (PED) and adult (AD) patients with FA for years 2000, 2003, 2006, and 2009.
results: There were 251 PED (median age 16 years, interquartile range (IQR) 14-18) and 839 AD (median age 46 years, IQR 34-58) 
hospitalizations of FA patients during the study period, of which 21 PED (8.3%) and 129 AD (15.3%) patients had the diagnosis of heart failure (p= 
.005). Forty-eight (4.4%) patients with FA died during hospitalization. Length of hospitalization in FA patients with HF was 5 days (IQR 2-9) with 
mean hospital charges of $14,933 (IQR $7,766-$42,537), as compared with 4 days (IQR 2-7, p= .12) and $13,090 (IQR $6,724-$27,577, p= .03) 
in FA patients without HF. HF was significantly associated with mortality when combining all FA related hospitalizations (OR 3.1, 95% CI 1.6-5.8). By 
comparison, the odds ratio (95% CI) for death in hospitalized FA patients with respiratory failure was 19 (9.9-36.4), with sepsis was 11.9 (6.4-22.1), 
and with acute renal failure was 11.6 (5.3-25.3) respectively. After adjusting for respiratory failure, sepsis, and acute renal failure, heart failure was 
independently associated with mortality in hospitalized FA patients (Adj OR 2.5, 95% CI 1.2-5.3, p= .01).
conclusions: HF is common in both children and adults hospitalized with FA. HF admissions are more costly, although not longer, for FA patients 
compared to hospitalizations for other reasons and are significantly associated with mortality when controlling for other comorbidities. Attention to 
the degree of cardiac involvement is critical in the management of patients with FA.
